A n 11-year-old girl presented with burning sensation, high temperature, and erythema involving both hands, especially the right hand, along with the right arm (see Figure) . These complaints had been present for the past 4 months, getting more severe in hot weather and with exercise, while showing some relief with cold application and with rest.
• case challenges A n 11-year-old girl presented with burning sensation, high temperature, and erythema involving both hands, especially the right hand, along with the right arm (see Figure) . These complaints had been present for the past 4 months, getting more severe in hot weather and with exercise, while showing some relief with cold application and with rest.
Systemic questioning did not reveal morning stiffness, rash, alopecia, dryness in eyes or mouth, or bloody diarrhea. Only occasional pain in joints of hands and feet were described. Family history was uneventful.
In physical examination, vital signs were within normal ranges.
Widespread erythema was present on both hands, with a more reticular pattern on the dorsal part of the right forearm. Fingers were edematous, and periungual erythema was present on the fi ngers of right hand.
Persistent symptoms of burning sensation and temperature eleva- 3 burning pain in the extremities; increase in pain in exposure to high environmental temperature; decrease in pain by cold application; erythema in the affected body area; and increase in temperature in the affected skin region. All of these were observed in this child, and she was diagnosed with erythromelalgia.
Erythromelalgia can be primary but also may appear secondary to another disease. Therefore, other underlying clinical conditions that might be the cause of erythromelalgia should be properly excluded, such as drugs (verapamile, nicardipine, bromocriptine, pergolide, mercury); vasculitis syndromes; cardiovascular diseases (hypertension, venous insuffi ciency); hematologic disorders (pernicious anemia, thrombocytemia, thrombotic thrombocytopenic purpura, polycytemia, hereditary spherocytosis, leukemias); neuropathies (polyneuropathy, hereditary sensory neuropathy, central nervous system lesions); infections (syphilis, AIDS); autoimmune diseases; musculoskeletal disorders; cholesterol crystal embolism syndrome; diabetes mellitus; hypercholesterolemia; gout and familial nephritis; conversion disorder, and malignancies. [1] [2] [3] [4] [5] [6] In this patient with erythromelalgia, history of arthralgia, hypocomplementemia, high ESR, along with low CRP, ANA and anti dsDNA positivity, and complaints that affect the life quality, there were suggestions of erythromelalgia secondary to SLE, although the lupus criteria were not completely fulfi lled. However, the diagnosis of SLE is a dynamic process. Thus, a patient may fulfi ll the SLE criteria in time.
The dramatic improvement of the patient in response to steroid treatment provided further support for SLE. It is probable that, when the dose of steroid is decreased or stopped completely, the patient will develop other SLE manifestations. Thus, the patient should be in close follow-up for other clinical fi ndings and complications of SLE.
Primary erythromelalgia can be quite resistant to treatment, although the symptoms in the secondary type usually decrease with the treatment of the underlying condition. 2 In primary erythromelalgia, various treatment modalities have been tried, such as:
non 1, 4, 7, 8 However, improvement in secondary erythromelalgia is usually observed with the treatment of the underlying cause. 2 In this patient, prostaglandin E1 analogue, misoprostol, was administered initially. However, because secondary erythromelalgia in SLE has been reported to be a cutaneous vasculitis responding to oral prednisolone, 9 the treatment was changed to prednisolone when SLE was considered 
D I A G N O S I S
Erythromelalgia can be primary but also may appear secondary to another disease.
as the primary clinical condition. Although steroids also have been mentioned to be effective in idiopathic erythromelalgia, the rapid response of the patient to steroid treatment favored the diagnosis of SLE associated erythromelalgia.
CONCLUSION
The presentation of this case demonstrates that when erythromelalgia is considered in a pediatric patient, underlying clinical conditions should be carefully sought before it is diagnosed as idiopathic, and proper treatment should be instituted accordingly.
